I
S t r y c h n i n e has been r e p o r t e d t o be e f f e c t i v e i n t h e treatment o f NKH (Pediat. Res. 11: 1016 Res. 11: ,1977 .
We have a l s o had some success i n s i m i l a r l y t r e a t i n g an i n f a n t w i t h NKH. T h i s i n f a n t i s I --.
( t h e o f f s p r i n g of a consanguneous m r r i a q e and was b o r n a f t e r an I
. .
uneventful f u l l t e n pregnancy. W i t h i n i h e f i r s t 4 8~h o u r s o f l i f e he developed l e t h a r g y , poor c r y , poor suck and hypotonia. A t one week of age he became apneic b u t was r e s u s c i t a t e d . Labor a t o r y s t u d i e s revealed hyperqlycinemia w i t h plasma g l y c i n e 148 ~m l e s / d l ( n l 3 2 t 9 ) , CSF g l y c i n e 21.7 umoles/dl ( n l 0.7t0.2) an plasma/CSF g l c i n e 6.8 ( n l 30-35). Blood gases, blood amnonia, serum s h o r t -c t a i n f a t t y a c i d s and u r i n e o r g a n i c a c i d s were n o rmal. Treatment was begun w i t h s t r y c h n i n e s u l f a t e 0.04mg/kg/day !mprovernent i n tone and a c t i v i t y was noted w i t h i n 2 davs. The ldosage of s t r y c h n i n e s u l f a t e was g r a d u a l l y increased t o a main-1 tenance of 0.2 mo/kg/day. Subsequent myoclonic s e i z u r e s and increased tone n e c e s s i t a t e d r e d u c t i o n i n t h e dosage. F o l l o w i n g s t r y c h n i n e treatment plasma and CSF q l y c i n e c o n c e n t r a t i o n s were lowered t o 77.8 ~m o l e s / d l and 12.9 pmoles/dl r e s e c t i v e l y w i t h c o n t i n u a t i o n o f t h e lasma/CSF q l y c i n e a t 6 0 P t would appear t h a t s t r y c h n i n e may ge a t l e a s t somewhat ef;&tive New Haven. As the d e t e c t i o n of s u b c l i n i c a l hypoparathyroidism i n t r a n sfused thalassemic p a t i e n t s i s hampered by assay i n s e n s i t i v i t y a t low PTH l e v e l s , we used a provocation t e s t a s a dynamic measure of PT r e s e r v e . PTH response was assessed by u s i n g u r i n a r y c y c l i c AMP (CAMP) a s a f u n c t i o n of response. CAMP e x c r e t i o n c o r r e l a t e s w e l l w i t h PTH a c t i v i t y , p a r t i c u l a r l y when combined w i t h plasma CAMP t o c a l c u l a t e nephrogenous CAMP e x c r e t i o n .
Eight p a t i e n t s aged 9-26 w i t h t h a l a s s e m i a major and i r o n o wload ( f e r r i t i n 2-6 pglml v s normal < 0 . 1 5 ) , a l l w i t h normal basel i n e serum calcium and phosphorus, and 4 young a d u l t c o n t r o l s r e c e i v e d 50 mglkg disodium EDTA IV over 3 hours. Ionized calcium f e l l by 0.64 t .33 mg% ( c o n t r o l s 0.87 ? .33). Urinary CAMP r o s e by 1-5.2 nmo1/100 m l glomerular f i l t r a t e (GF); c o n t r o l 1.2-5.1. I n 4 p a t i e n t s nephrogenous cAMP r o s e 1.3-2.8 f o l d ( c o n t r o l s 2.0-10.2 f o l d ) . The o l d e s t p a t i e n t showed the lowest r i s e i n u r i n a r y CAMP (1.0 nmo1/100 m l GF) and i n nephrogenous CAMP (1.3 f o l d r i s e ) .
We conclude t h a t t h e response of t h e nephrogenous component of u r i n a r y cAMP t o PT provocation w i t h EDTA i s a r e l i a b l e , g e n e r a l l y a p p l i c a b l e t e s t of PT r e s e r v e . The f i n d i n g of w e l l preserved PT f u n c t i o n i n a t l e a s t 7 of our 8 p a t i e n t s i s cons i s t e n t w i t h the c l i n i c a l o b s e r v a t i o n t h a t o v e r t hypoparathyroidism i s a l a t e and uncommon complication of thalassemia major.
(Supported by Grant RR-125, GCRC Branch, NIH.) The copper, z i n c , manganese, vanadium and i o d i n e s t a t u s of low-birthveight Canadian neonates h a s been evaluated u s i n g t h e h a i r c o n c e n t r a t i o n s of t h e s e elements a s an index. Hair samples from 37 pre-term (26 -36 weeks g e s t a t i o n ) . 24 f u l l term low b i r t h w e i g h t (FTLBW) and 38 f u l l term normal b i r t h w e i g h t (PPNBW) i n f a n t s were analyzed u s i n g neutron n c t i v a t i o n a n a l y s i s .
The h a i r c o n c e n t r a t i o n s of copper, z i n c , manganese and vanad i u m d i d n o t d i f f e r s i g n i f i c a n t l y i n t h e QTLBW and FTNBW groups s u g g e s t i n g t h a t s t a t u s of t h e s e m e t a l s a t b i r t h is independent of b i r t h weight. A sip,nificant n e g a t i v e c o r r e l a t i o n of h a i r zini w i t h g e s t a t i o n a l age both w i t h i n t h e pre-term group and w i t h i n t h e t h r e e groups a s a whole e x i s t s and is perhaps a s s o c i a t e d wit a r e p o r t e d f a l l i n t h e f o e t a l serum z i n c l e v e l t o v a r d s term. I n C o n t r a s t , h a i r vanadium c o n c e n t r a t i o n s i n t h e pre-term group were found t o be s i p n i f i c s n t l y l w e r . The median h a i r i o d i n e col c e n t r a t i o n of low b i r t h w e i g h t i n f a n t s was s i g n i f i c a n t l y higher (115 ppm) than t h a t of t h e FTNBW group (14.5 ppm p -0.001).
No c o r r e l a t i o n s of t h e copper, z i n c . manganese and vanadium h a i r c o n c e n t r a t i o n s w i t h t h e v a r i a b l e s s e x , p a r i t y and socioeconomic s t a t u s of t h e mother were found. Although p r e m a t u r i t y and i n t r a u t e r i n e m a l n u t r i t i o n a r e assoc. i a t e d w i t h low t r a c e m e t a l body s t o r e s , t h e r e s u l t s suggent thal h a i r c o n c e n t r a t i o n s a t b i r t h do n o t r e f l e c t t h e body s t o r e s of
t h e i n f a n t but ~e r h a o s t h e c u r r e n t t r a c e m e t a l i n t a k e . -HDL l e v e l s a r e h i g h e r i n a d u l t b l a c k s (vs. w h i t e s ) , and i n u s s i a n v s . American males, but do n o t d i f f e r i n cord blood. M:F -HDL d i f f e r e n c e s may be "genetic" w h i l e r a c i a l and c r o s s -c u l t u r S t e i n e r . The Lipid Research C l i n i c of C i n c i n n a t i , Ohio, and Leningrad, U. S. S.R. and William Howell, Dept. of Ped. School of Medicine. Albuquerque. n-carbohydrate p r e c u r s o r s h a s f e t a l l i v e r of many mammals, w i t eogenesis s u b j e c t t o hormonal f o r p e r f u s i o n of f e t a l l i v e r and t h e r a t f e t u a was i n v e s t i g a t e d . F e t a l h e p a t o c y t e s , i s o l a t e d following i n s i t u p e r f u s i o n w i t h c o l l a g e n a s e , a c t i v e l y converted both a l a n i n e and pyruvate t o glucose d u r i n g t h e day p r i o r t o normal d e l i v e r y . Glucose produ c t i o n i n i s o l a t e d h e p a t o c y t e s was l i n e a r f o r a t l e a s t two hours nd was p r o p o r t i o n a l t o s u b s t r a t e c o n c e n t r a t i o n . Both glucagon .014 t o 1 . 4 uM) and o l e i c a c i d (.0064 t o .64 uM) markedly nhanced conversion of both a l a n i n e and pyruvate t o glucose; t h e f f e c t of b o t h was d i r e c t l y p r o p o r t i o n a l t o t h e b a s a l r a t e of luconeogenesis. N e i t h e r i n s u l i n n o r b-OH b u t y r a t e i n h i b i t e d lucagon o r o l e i c a c i d enhancement of g l u c o s e production. Prencubation of f e t a l h e p a t o c y t e s (21 day f e t u s ) w i t h glucagon f f e c t e d a maximal i n c r e a s e i n gluconeogenic r a t e s . These s t u d i e s i n d i c a t e t h a t gluconeogenesis is i n i t i a t e d i n s o l a t e d h e p a t o c y t e s derived from t h e r a t f e t u s j u s t p r i o r t o erm. Regulation of gluconeogenesis by hormones o r f a t t y a c i d s s p r o p o r t i o n a l t o b a s a l r a t e s of g l u c o s e production. Assuming o marked changes i n endogenous glucagon o r i n s u l i n s e c r e t i o n , n i t i a t i o n of gluconeogenesis d u r i n g f e t a l development does n o t ppear t o be hormonally determined.
Since high d e n s i t y l i p o p r o t e i n c h o l e s t e r o l (C-HDL) l e v e l s i n u l t s a r e i n v e r s e l y r e l a t e d t o r i s k of coronary h e a r t d i s e a s e , le(M): female(F) C-HDL d i f f e r e n c e s may be important. Cord blood t a l c h o l e s t e r o l ( T C ) , t r i g l y c e r i d e ( T G ) , and low d e n s i t y lipoproi n cholesterol(C-LDL) were s t u d i e d i n 464 l i v e b i r t h s (248 M, 6 F) t o determine whether M:F d i f f e r e n c e s i n a d u l t s an i n l a t e r ildhood were a l s o expressed i n cord blood. I n 873 s c h o o l c h i l de n (ages 6-17) from t h e L i p i d Research C l i n i c prevalence s t u d y , had h i g h e r TC and TG than M, s l i g h t l y h i g h e r C-LDL, and , a t t h e nd of adolescence, h i g h e r C-HDL. Mean + SD TC, TG, C-HDL, C-LDL, nd t h e r a t i o of C-HDL t o C-LDL f o r t h e neonates

Cord blood t o t a l c h o l e s t e r o l (TC), t r i g l y c e r i d e (TG), low and high d e n s i t y l i p o p r o t e i n c h o l e s t e r o l (C-LDL
